Clinical features of familial mediterranean fever in fmf clinic of Bouali Hospital

in Ardabil by صالح زاده, فرهاد et al.
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  ﺗﻘﺪﻳﻢ ﺑﻪ ﭘﺪﺭ ﺑﺰﺭﮔﻮﺍﺭﻡ: 
ﺑﻪ ﭘﺮﺳﺘﻮﻱ ﺻﺒﻮﺭ ، ﭘﺮﺗﻼﺵ ﻭ ﺧﺴﺘﮕﻲ ﻧﺎﭘﺬﻳﺮ ﺁﺳﻤﺎﻥ ﺯﻧﺪﮔﻴﻢ ﻛﻪ ﭼﻮﻥ ﺧﻮﺩ ﺭﺍ ﺷﻨﺎﺧﺘﻢ ﺍﻭ ﺭﺍ 
  ﺗﻴﻤﺎﺭﺩﺍﺭ ﻭﺟﻮﺩﻡ ﻳﺎﻓﺘﻢ. 
  ﭘﺪﺭ ﻣﻬﺮﺑﺎﻧﻢ ﻛﻪ ﻛﻼﻡ ﻗﺎﺻﺮ ﺍﺯ ﻭﺻﻒ ﺧﻀﻮﻉ ﻭ ﻗﻠﻢ ﻋﺎﺟﺰ ﺍﺯ ﺗﻮﺻﻴﻒ ﻓﺪﺍﻛﺎﺭﻳﺶ ﺍﺳﺖ.
ﺍﻣﺮﻭﺯ ﺷﺎﻫﺪ ﺑﻪ ﺛﻤﺮﻧﺸﺴﺘﻦ ﺷﻜﻮﻓﻪ ﻛﻮﭼﻜﻲ ﺍﺯ ﺩﺭﺧﺖ ﭘﺮﺑﺎﺭ ﻋﻤﺮﺗﺎﻥ ﻫﺴﺘﻴﺪ، ﻣﻮﻱ ﺳﭙﻴﺪﺗﺎﻥ ﺍﻣﻴﺪﺑﺨﺶ 
  ﺯﻧﺪﮔﻴﻢ ﻭ ﺩﻋﺎﻱ ﺧﻴﺮﺗﺎﻥ ﺗﻌﺎﻟﻲ ﺑﺨﺶ ﻭﺟﻮﺩﻡ.
  
  ﺗﻘﺪﻳﻢ ﺑﻪ ﭘﺮﺑﻬﺎﺗﺮﻳﻦ ﮔﻨﺞ ﻋﺎﻟﻢ ، ﺍﻭﻟﻴﻦ ﻣﻌﻠﻢ ﺯﻧﺪﮔﻴﻢ ،ﺍﻟﻬﻪ ﺻﺒﺮ:
  ﻣﺎﺩﺭ ﻋﺰﻳﺰﺗﺮ ﺍﺯ ﺟﺎﻧﻢ
ﻛﻪ ﺑﺎ ﻓﺪﺍﻛﺎﺭﻱ ﻫﺎﻳﺶ ﭼﮕﻮﻧﻪ ﺯﻳﺴﺘﻦ ﺭﺍ ﺑﻪ ﻣﻦ ﺁﻣﻮﺧﺖ ، ﻗﻠﻢ ﺭﺍ ﺑﺎ ﺍﻧﮕﺸﺘﺎﻧﻢ ﺁﺷﻨﺎ ﻧﻤﻮﺩ ﻭ ﻗﺪﻣﻬﺎﻳﻢ ﺭﺍ ﺩﺭ 
ﻜﻢ ﺗﺮ ﻧﻤﻮﺩ ، ﻋﺎﺷﻘﺎﻧﻪ ﺑﺮ ﺩﺳﺘﻬﺎﻱ ﭘﺮﻣﻬﺮﺵ ﻛﻪ ﺑﺮﺩﺍﺷﺘﻦ ﮔﺎﻡ ﻫﺎﻱ ﺍﺳﺘﻮﺍﺭ ﺑﻪ ﺳﻮﻱ ﻓﺮﺩﺍﻫﺎﻱ ﺭﻭﺷﻦ ﻣﺤ
ﭘﻨﺎﻫﮕﺎﻩ ﺍﻣﻦ ﻟﺤﻈﺎﺕ ﺗﻨﻬﺎﻳﻲ ﺍﻡ ﺍﺳﺖ ، ﺑﻮﺳﻪ ﻣﻲ ﺯﻧﻢ ،ﻛﺴﻲ ﻛﻪ ﺑﻪ ﺧﺎﻃﺮ ﻣﻦ ﺯﻳﺴﺖ ﻧﻪ ﺑﺮﺍﻱ ﺧﻮﺩ ، ﻛﺴﻲ 
ﻛﻪ ﺧﻢ ﺷﺪ ﺗﺎ ﻣﻦ ﺭﺍﺳﺖ ﻗﺎﻣﺖ ﺑﺎﺷﻢ، ﺑﺎ ﻫﺰﺍﺭﺍﻥ ﺑﻮﺳﻪ ﺑﺮ ﺩﺳﺘﺎﻧﺶ ، ﺑﻪ ﭘﺎﺱ ﻟﺤﻈﻪ ﻟﺤﻈﻪ  ﺁﺭﺍﻣﺶ ﻭ 
  ﺁﺳﺎﻳﺶ ﺯﻧﺪﮔﻴﻢ.
  
  ﺗﻘﺪﻳﻢ ﺑﻪ ﺑﺮﺍﺩﺭ ﻋﺰﻳﺰﻡ:
  ﺣﻀﻮﺭ ﺳﺒﺰﺵ ﻭ ﺑﻪ ﭘﺎﻛﻲ ﻗﻠﺒﺶﺑﻪ 
  ﺑﻪ ﺍﻭ ﻛﻪ ﻗﻠﺒﻲ ﺑﻪ ﻭﺳﻌﺖ ﺩﺭﻳﺎ ﺩﺍﺭﺩ
  ﺷﺎﺩﻱ ﺍﺵ ، ﺷﺎﺩﻱ ﺑﺨﺶ ﺯﻧﺪﮔﻲ ﻭ ﻛﺎﻣﻴﺎﺑﻲ ﺍﺵ ﺁﺭﺯﻭﻳﻢ ﺍﺳﺖ
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  ﺗﻘﺪﻳﻢ ﺑﻪ :
  ﺍﺳﺘﺎﺩ ﺑﺰﺭﮔﻮﺍﺭﻡ،  ﺩﻛﺘﺮ ﻓﺮﻫﺎﺩ ﺻﺎﻟﺢ ﺯﺍﺩﻩ 
  ﺍﻭ ﻛﻪ ﺑﻪ ﻣﻦ ﻧﺸﺎﻥ ﺩﺍﺩ ﻛﻪ ﺑﺎﻳﺪ ﺭﺍﻫﻲ ﺑﺎﺷﺪ...
  ﺍﻳﻦ ﭘﺎﻳﺎﻥ ﻧﺎﻣﻪ ﻣﺮﺍ ﻳﺎﺭﻱ ﻛﺮﺩ ﺩﺭ ﺗﺤﻘﻖﻭ ﺍﻭ ﻛﻪ ﻗﺪﻡ ﺑﻪ ﻗﺪﻡ 
      ﺍﻭ ﻛﻪ ﻋﺸﻖ ﻣﺮﺍ ﺑﻪ ﺁﻣﻮﺧﺘﻦ ﺳﺘﻮﺩ ﺍﻣﺎ ﺳﺘﺎﻳﺶ ﻻﻳﻖ ﺍﻭﺳﺖ  ﻭ ﻣﻦ ﺑﻪ ﺍﻓﺘﺨﺎﺭ ﺷﺎﮔﺮﺩﻱ ﺍﺵ
  .ﻣﻲ ﺑﺎﻟﻢ
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  ﺗﻘﺪﻳﺮ ﻭ ﺗﺸﻜﺮ
ﺟﻨﺎﺏ ﺁﻗﺎﻱ ﺩﻛﺘﺮ ﺑﺮﺍﻙ، ﺟﻨﺎﺏ ﺁﻗﺎﻱ ﺩﻛﺘﺮ ﻭﻓﺎﻳﻲ، ﺟﻨﺎﺏ ﺁﻗﺎﻱ ﺩﻛﺘﺮ ﺣﺒﻴﺐ ﺯﺍﺩﻩ، ﺍﺯ ﺍﺳﺎﺗﻴﺪ ﮔﺮﺍﻧﻘﺪﺭ 
ﺟﻨﺎﺏ ﺁﻗﺎﻱ ﺩﻛﺘﺮ ﭘﻴﺮﻱ ﻭ ﺳﺮﻛﺎﺭ ﺧﺎﻧﻢ ﺩﻛﺘﺮ ﺷﺮﻗﻲ ﻛﻪ ﻣﺮﺍ ﺩﺭ ﺍﺟﺮﺍﻱ ﺍﻳﻦ ﺍﻣﺮ ﻣﻬﻢ ﻳﺎﺭﻱ ﺭﺳﺎﻧﺪﻧﺪ 
  ﺻﻤﻴﻤﺎﻧﻪ ﺗﻘﺪﻳﺮ ﻭ ﺗﺸﻜﺮ ﻣﻲ ﻧﻤﺎﻳﻢ. 
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  FMFﺑﺮﺭﺳﻲ ﺳﻴﻤﺎﻱ ﻛﻠﻲ ﺗﺐ ﻣﺪﻳﺘﺮﺍﻧﻪ ﺍﻱ ﻓﺎﻣﻴﻠﻲ ﺩﺭ ﺑﻴﻤﺎﺭﺍﻥ ﻣﺮﻛﺰ 
   ﺑﻴﻤﺎﺭﺳﺘﺎﻥ ﺑﻮﻋﻠﻲ ﺍﺭﺩﺑﻴﻞ 
  ﻣﻘﺪﻣﻪ ﻭ ﺑﻴﺎﻥ ﻣﺴﺎﻟﻪ: 
ﻩ ﻛﻨﻨﺪﺩﻋﻮﻭ ﻟﺘﻬﺎﺑﻲ ﺭﻱ ﺍ( ﻳﻚ ﺑﻴﻤﺎFMF) reveF naenarretideM lailimaFﺎ  ـﻓﺎﻣﻴﻠﻲ  ﻳﺍﻱ ﻧﻪ ﺍﺗﺐ ﻣﺪﻳﺘﺮ
ﺩﺭ ﺻﺪﺩﺭ 08ﺍﺯ ﺑﻴﺶ ﺩﺭ ﻧﺪ ﺍﻣﻲﺗﻮﺭﻱ ﻳﻦ ﺑﻴﻤﺎﺍﻋﻼﻳﻢ ﺏ ﺩﺍﺭﺩ. ﻣﻐﻠﻮﻝ ﺎـﻣﺯﻭﺗﻮﺍﺛﻲ ﺍﺭﺗﻮﻱ ﻮـﻟﮕﺍﺳﺖ ﻛﻪ ﺍﺛﻲ ﺍﺭ
ﺑﻪ ﻋﻨﻮﺍﻥ ﻳﻚ  FMFﺍﺯ ﻣﻄﺎﻟﻌﻪ ﺣﺎﺿﺮ ﺗﻮﺟﻪ ﺑﻴﺸﺘﺮ ﺑﻪ ﺍﻳﻦ ﺑﻴﻤﺎﺭﻱ ﻭ ﻣﻌﺮﻓﻲ  ﻫﺪﻑﻛﻨﺪ.ﻭﺯ ﻧﺪﮔﻲ ﺑﺮﺩﻫﻪ ﺍﻭﻝ ﺯ
  ﺑﻴﻤﺎﺭﻱ ﺷﺎﻳﻊ ﻗﺎﺑﻞ ﺗﻮﺟﻪ ﺩﺭ ﺍﻳﻦ ﻣﻨﻄﻘﻪ ﻫﻤﺰﻣﺎﻥ ﺑﺎ ﺭﺍﻩ ﺍﻧﺪﺍﺯﻱ ﻭﺏ ﺳﺎﻳﺖ ﺍﺳﺖ. 
  
  ﻣﻮﺍﺩ ﻭ ﺭﻭﺵ ﻫﺎ:
ﺑﻴﻤﺎﺭ ﻛﻪ ﺑﺮ ﺍﺳﺎﺱ ﻣﻌﻴﺎﺭ  224ﺍﻳﻦ ﻣﻄﺎﻟﻌﻪ ﺍﺯ ﻧﻮﻉ ﻣﻄﺎﻟﻌﻪ ﺗﻮﺻﻴﻔﻲ ﻣﻲ ﺑﺎﺷﺪ. ﺩﺭ ﺍﻳﻦ ﻣﻄﺎﻟﻌﻪ ﺍﻃﻼﻋﺎﺕ ﭘﺮﻭﻧﺪﻩ 
ﺑﻴﻤـﺎﺭ ﻭﺍﺭﺩ ﻣﻄﺎﻟﻌـﻪ  304ﺑﻮﺩﻧﺪ ﻣﻮﺭﺩ ﺑﺮﺭﺳﻲ ﻗﺮﺍﺭ ﮔﺮﻓـﺖ. ﺩﺭﻧﻬﺎﻳـﺖ  FMFﻣﺒﺘﻼ ﺑﻪ  remohsaH leTﻫﺎﻱ 
ﺷﺪﻧﺪ. ﺍﻃﻼﻋﺎﺕ ﺁﻧﻬﺎ ﺭﺍ ﺩﺭ ﻓﺮﻡ ﻫﺎﻱ ﻣﻮﺟﻮﺩ ﺩﺭ ﻭﺏ ﺳﺎﻳﺖ ﻭﺍﺭﺩ ﻛﺮﺩﻳﻢ. ﺑﺮﺍﻱ ﺗﺠﺰﻳـﻪ ﻭ ﺗﺤﻠﻴـﻞ ﺩﺍﺩﻩ ﻫـﺎ ﺍﺯ 
  ﺍﺳﺘﻔﺎﺩﻩ ﺷﺪ ﻭ ﺑﺎ ﺍﺳﺘﻔﺎﺩﻩ ﺍﺯ ﺭﻭﺵ ﻫﺎﻱ ﺁﻣﺎﺭ ﺗﻮﺻﻴﻔﻲ ﺑﻴﺎﻥ ﻛﺮﺩﻳﻢ. 02v SSPSﻧﺮﻡ ﺍﻓﺰﺍﺭ 
  
  :  ﻧﺘﺎﻳﺞ
 12/30(ﻣﺬﻛﺮﺑﻮﺩﻧـﺪ. ﻣﻴـﺎﻧﮕﻴﻦ ﺳـﻨﻲ ﺑﻴﻤـﺎﺭﺍﻥ 65/6ﺑﻴﻤﺎﺭ )% 822( ﻣﻮﻧﺚ ﻭ34/4ﺑﻴﻤﺎﺭ)% 571ﺩﺭ ﺍﻳﻦ ﻣﻄﺎﻟﻌﻪ 
،ﻣﻴ ـﺎﻟﮋﻱ 07، ﺿـﻌﻒ ﻭﺑـﻲ ﺣـﺎﻟﻲ%88/1،ﺗـﺐ %39/3ﺳـﺎﻝ ﺑ ـﻮﺩ .ﺩﺭﺑﺮﺭﺳـﻲ ﻋﻼﻳـﻢ ﺑـﺎﻟﻴﻨﻲ ﺩﺭﺩ ﺷـﻜﻢ % 
،ﺍﺳــﻬﺎﻝ 71/9ﺩﺭﺩﺳــﻴﻨﻪ ﺩﺭ% 12/6، ﺗﻨﮕــﻲ ﻧﻔــﺲ ﺩﺭ% 32/8،ﻳﺒﻮﺳــﺖ ﺩﺭ%52/6،ﺁﺭﺗﺮﺍﻟــﮋﻱ ﺩﺭ%92/3ﺩﺭ%
(ﻣﻴـﺎﻧﮕﻴﻦ 94/6ﺑﻴﻤﺎﺭﺍﻥ ﺩﻳﺪﻩ ﺷﺪ. ﺩﺭﺩ ﺷﻜﻢ ﻣﻬﻤﺘﺮﻳﻦ ﺷـﻜﺎﻳﺖ ﺑﻴﻤـﺎﺭﺍﻥ ﺑـﻮﺩ.)%  7/7ﺭﺗﺮﻳﺖ ﺩﺭ%ﻭﺁ71/1ﺩﺭ%
     ﺳـﺎﻋﺖ  3.34±5.43ﺭﻭﺯ ﻭ ﻣﻴﺎﻧﮕﻴﻦ ﻣﺪﺕ ﺯﻣـﺎﻥ ﻃـﻮﻝ ﻫـﺮ ﺍﭘﻴـﺰﻭﺩ ﺩﺭﺩ  5.63±6.92ﻓﺎﺻﻠﻪ ﺑﻴﻦ ﺣﻤﻼﺕ  
ﺑﻴﻤـﺎﺭﺍﻥ ﺳـﺎﺑﻘﻪ ﺁﭘـﺎ ﻧـﺪﻛﺘﻮﻣﻲ ﺭﺍ ﺫﻛـﺮ 21/7ﺑﻴﻤـﺎﺭﺍﻥ ﺳـﺎﺑﻘﻪ ﻓـﺎﻣﻴﻠﻲ ﻣﺜﺒـﺖ ﺑﻴﻤـﺎﺭﻱ ﻭ%51/1ﻣـﻲ ﺑﺎﺷـﺪ.%
ﻧﻔﺮ ﺍﺯﺑﻴﻤﺎﺭﺍﻥ 932ﺍﺯ ﺑﻴﻤﺎﺭﺍﻥ ﺗﺎﺧﻴﺮ ﺗﺸﺨﻴﺼﻲ ﺑﻴﺸﺘﺮ ﺍﺯ ﺳﻪ ﺳﺎﻝ ﻭﺟﻮﺩ ﺩﺍﺷﺖ، ﺁﻧﺎﻟﻴﺰ ژﻧﻲ ﺩﺭ 25/3ﺪ.ﺩﺭ%ﻛﺮﺩﻧ
ﻫﺘﺮﻭﺯﻳﮕــﻮﺕ 52/25ﻫﺘﺮﻭﺯﻳﮕــﻮﺕ ﻣﺮﻛــﺐ ،% 93/7ﺑــﺪﻭﻥ ﺟﻬــﺶ،% 12/33ﺍﻧﺠــﺎﻡ ﺷــﺪﻩ ﺑــﻮﺩ ﻭ%
ﻭ
 
 
  
 
(ﻭﻣﻮﺗﺎﺳــﻴﻮﻥ ﻫــﺎﻱ  01/64)%A627V/V7496Mﻫﻤﻮﺯﻳﮕــﻮﺕ ﺑﻮﺩﻧــﺪ .ﺷــﺎﻳﻌﺘﺮﻳﻦ ژﻧﻮﺗﻴــﭗ 31/83ﻭ%
( ﺑﻴﺸـ ــﺘﺮﻳﻦ ﻓﺮﺍﻭﺍﻧـ ــﻲ ﺭﺍ ﺩﺍﺷـ ــﺘﻨﺪ.. ﺷـ ــﺎﻳﻌﺘﺮﻳﻦ ژﻧﻮﺗﻴـ ــﭗ ﺩﺭ ﺑـ ــﻴﻦ 21/7)%A627V( ﻭ02/9)%V496M
( ﺑﻮﺩ، ﺩﺭ ﺑﻴﻦ ﺑﻴﻤﺎﺭﺍﻥ ﺑﺎ ﺷﻜﺎﻳﺖ 01/4)% V496M/V496M(ﻭ ﺩﺭ ﺑﻴﻦ ﺯﻧﺎﻥ 21/7)% 627V-V496Mﻣﺮﺩﺍﻥ
 A627V/I086M (،ﺩﺭﺑـﻴﻦ ﺑﻴﻤـﺎﺭﺍﻥ ﺑﺎﺷـﻜﺎﻳﺖ ﺗـﺐ ژﻧﻮﺗﻴـﭗ 21/5)% A627V/V496Mﺩﺭﺩﺷﻜﻢ ژﻧﻮﺗﻴﭗ
( ﻭ 61/7ﺑﺎ )% V496M/H167R   ﻭ V496M/A627Vﺗﻴﭗ ﻫﺎﻱ  ( ،ﺩﺭﺑﻴﻦ ﺑﻴﻤﺎﺭﺍﻥ ﺑﺎ ﺩﺭﺩﺳﻴﻨﻪ ژﻧﻮ31/9)%
  ( ﺩﺭ ﺑﻴﻤﺎﺭﺍﻥ ﺑﺎ ﺷﻜﺎﻳﺖ ﺩﺭﺩ ﻣﻔﺼﻞ ﺷﺎﻳﻌﺘﺮ ﺑﻮﺩﻧﺪ.33/3)% V496M/V496Mژﻧﻮﺗﻴﭗ 
    V496M  ﻧﺘﻴﺠﻪ ﮔﻴﺮﻱ : ﺍﻳﻦ ﻣﻄﺎﻟﻌﻪ ﻧﺸﺎﻥ ﺩﺍﺩ ﺷـﺎﻳﻌﺘﺮﻳﻦ ﺳـﻦ ﺗﻈـﺎﻫﺮ ﺑﻴﻤـﺎﺭﻱ ﺩﻫـﻪ ﺍﻭﻝ ﺯﻧـﺪﮔﻲ ﺍﺳـﺖ ، 
ﻦ ژﻧﻮﺗﻴﭗ ﻫﺘﺮﻭﺯﻳﮕﻮﺕ ﻣﺮﻛـﺐ ﻣـﻲ ﺑﺎﺷـﺪ ﻭ ﺷﺎﻳﻌﺘﺮﻳ A627V-V496Mﺷﺎﻳﻌﺘﺮﻳﻦ ﺟﻬﺶ ﺩﺭ ﺑﻴﻦ ﺑﻴﻤﺎﺭﺍﻥ ﻭ
  ﻛﺮﺍﻳﺘﺮﻳﺎﻱ ﺑﺎﻟﻴﻨﻲ ﺑﻬﺘﺮﻳﻦ ﺭﻭﺵ ﺑﺮﺍﻱ ﺗﺸﺨﻴﺺ ﺑﻴﻤﺎﺭﻱ ﻫﺴﺖ. 
  VFEMﺗﺐ ﻣﺪﻳﺘﺮﺍﻧﻪ ﺍﻱ ﻓﺎﻣﻴﻠﻲ، ﺳﻨﺪﺭﻭﻡ ﻫﺎﻱ ﺧﻮﺩﺍﻟﺘﻬﺎﺑﻲ ، ژﻥ  ﻛﻠﻤﺎﺕ ﻛﻠﻴﺪﻱ:
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ﻱﺭﺎﺼﺘﺧﺍ ﻢﻳﻼﻋ ﺖﺳﺮﻬﻓ  
  
HIDS : Hyperimmunoglobulinemia D and periodic fever syndrome 
IBD : Inflammatory bowel disease 
FMF : Familial Mediterranean Fever 
PRES : Posterior reversible leukoencephalopathy syndrome  
PAPA : Pyogenic sterile arthritis, Pyoderma gangrenosum, and Acne 
JIA : Juvenile idiopathic arthritis 
MEFV :Mediterranean  Fever 
PFAPA : Periodic fever, aphthous stomatitis, pharyngitis, and adenopathy 
HSP: Henoch-Schönlein purpura 
TRAPS : TNF receptor-associated periodic syndrome 
PFMS :   Protracted Febrile Myalgia Syndrome  
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